Hemangiopericytomas of the head and neck are rarely found in theparapharyngeal space. Wereport thecase of a 53-year-old woman whopresented with a globus sensation in her throat. Imaging detected a leftsubmucosal oropharyngeal mass that extended into the prestyloid parapharyngeal space. The tumor wassurgically excised en bloc. Histopathologic examination identified it as a hemangiopericytoma. We discuss the diagnosis and management of thisrare entity.
Introduction
Hemangiopericytomas are most common in adults (mean age at diagnosis: 45 yr), but they can occur in patients of all ages;they are equally distributed between the sexes.'Theytypicallybehaveasa slowlygrowingmass ofvariable malignant potential in the lower extremities, axilla,and pelvis,aswellas the head and neck.' Thehead and neck is the third most common site, accounting for roughly 20% of all cases.' Only a few cases of hemangiopericytomas of the parapharyngeal space have been published in the literature. We present a new case. Findings on the remainder of the examination were normal, as were the results of routine laboratory tests. Magnetic resonance imaging (MRI) and contrastenhanced computed tomography (CT) demonstrated a vascular mass arising from the left prestyloid parapharyngeal space (figure 1).
Case report
The tumor was surgically excised en bloc via a transcervicalltransparotid approach. The facial nerve was preserved. The specimen measured 5.0 x 3.5 x 3.0 ern and wassent for pathologic review. Microscopyrevealed a well-circumscribed, moderately cellular tumor composed of spindle cells interspersed with thick collagen bundles. Prominent, thin -walled,branching vessels were seen throughout the tumor, often with perivascular hyalinization (figure 2). The spindle cellswere arranged in random groups without a defined pattern.
Nuclei were ovoid to spindled with finely dispersed chromatin and inconspicuous nucleoli. The cytoplasm was poorly defined. There was no appreciable mitotic activity, pleomorphism, or necrosis. Immunohistochemical stains were positive with vimentin and CD34 and negative with smooth-muscle actin, desmin, S-IOO protein, and cytokeratin.
The patient recovered from surgery without complication.
Discussion
Hemangiopericytoma is a tumor of uncertain histogenesis. It was originally believed to be of pericytic origin, based on the cells'morphologic resemblanceto pericytes and the characteristic arrangement around prominent, branching, dilated blood vessels. Later studies refuted the pericytic cell origin on the basis that hemangio- pericytomas frequently lack expression of the smoothmuscle markers that are normallyexpressed by pericytes. Instead, it was found thathemangiopericytomas exhibit many features that overlap with those ofsolitary fibrous tumors, which are likely of fibroblastic cell origin.
Given the degree of similarity both histologically and immunohistochemically, most pathologists agree that hemangiopericytomas and solitary fibrous tumors represent two points on the spectrum ofa Singleentity,'
A rare subset of hemangiopericytoma, called the sinonasal variant, is thought to be a distinct entity. This variant typically arises in the nasal cavity or sinuses as a small «5 ern) polypoid mass, and it exhibits a more indolent clinical course than do hemangiopericytomas at other sites. Unlike typical hemangiomas, sinonasal variants express smooth-muscle markers, suggesting that they may actually be of pericytic origin.'
The parapharyngeal space is a potential space that extends from the skull base to the hyoid bone; it is bound medially by the pharyngeal constrictors and laterally by the mandible and medial pterygoid muscle. The parapharyngeal space is divided by the styloid process into an anterior prestyloid compartment and a posterior poststyloid compartment.'
Parapharyngeal space neoplasms are rare, representing only about 0.5% of all head and neck tumors.' Most of them (70 to 80%) appear as either (I) minor or ectopic salivary gland tumors, (2) tumors of neurogenic origin, such as schwannomas and paragangliomas, or (3) deep-lobe parotid tumors.' Hemangiopericytomas of the parapharyngeal space are rare, as very few cases have been published.
Diagnosis. Parapharyngeal tumors are often asymp-438 "www.entjournal.com tomatic, being detected by investigation into a blend of vague complaints caused by mass effects. Since the amount of information that can be gleaned from the physical examination of the parapharyngeal space is limited by anatomy, imaging is crucial for adequate evaluation of tumors in this area. CT and MRI have largely replaced angiography as the preferred imaging studies. Most authors agree that high-resolution CT with contrast is 75 to 90% accurate in Iocalizing parapharyngeal space tumors to the prestyloid compartment vs. the poststyloid compartment.' This information is critical to selecting the appropriate surgical approach.
MRI has several potential advantages over CT, and in recent years it has emerged as the superior imaging study for assessing parapharyngeal space tumors. It provides greater soft-tissue resolution, better identification of vascular structures, multiplanar imaging, and limited radiation exposure. Indeed, a study by Miller et al found that MRI was 95% accurate in delineating parapharyngeal space masses in relation to the key anatomic landmarks (carotid artery, internal jugular vein, and styloid process) necessary for determining the optimal surgical approaches.' Tl-weighted images were superior for detecting tumor-fat borders and normal anatomy, while T2-weighted images were better for demonstrating tumor-muscle interfaces and demarcating tumor margins.
Microscopically, hemangiopericytomas exhibit a branching network ofsmall vessels, classically described as a staghorn configuration, surrounded by round to fusiform mesenchymal cells that frequently express CD34. While histologic criteria are not reliable predictors of behavior, some features have been found to be associated with an increased likelihood of recurrence and metastasis."
Features suggestive of malignancy include a tumor diameter greater than 5 em, necrosis, hemorrhage, cellular anaplasia, and a high mitotic rate (:2:4/10 hpf)y,6 Other, more aggressive, malignant neoplasms, such as synovial sarcomas and mesenchymal chondrosarcomas, may display a pericytic vascular pattern similar to that ofhemangiopericytoma/solitaryfibrous tumor, but they can be distinguished from the latter by other histologic and immunohistochemical features.
Treatment. The treatment of hemangiopericytoma is predominantly surgical. While surgery alone may be adequate for low-grade hemangiopericytomas, the anatomic1ocation in the head and neck region may limit the surgeon's ability to attain clean surgical margins.
Several authors have advocated postoperative adjuvant external-beam radiation. Hemangiopericytomas are reasonably radiosensitive and even radiocurable.' Although radiotherapy is typically reserved for tumor recurrence and unresectable or incompletely resected tumors, it has also been found to confer several other benefits for patients with hemangiopericytoma, including palliation of metastases in multiple areas,local tumor control, and prevention of recurrence.' Furthermore, radiotherapy has proven to be helpful in treating highgrade hemangiopericytomas of the head and neck, which have a higher likelihood oflocal recurrence and distant metastasis."
The role of adjuvant chemotherapy remains unclear; hemangiopericytomas are thought to be not particularly sensitive to currentlyavailablechemotherapeutic agents.
Follow-up.
Close follow-up for several years is war-440 "www.entjournal.com ranted, as many lesions do not recur until 5 years or more after removal and because molecular markers that can reliably determine malignant potential do not yet exist.':" Reported rates of recurrence and metastasis vary widely in the literature, in part because of inconsistent or changing diagnostic criteria.
In general, hemangiopericytomas in nonmeningeal sites behave in a benign fashion, but malignant behavior with hematogenous spread is observed in a small percentage of cases. Because these tumors tend to be large at presentation and the potential for malignancy is uncertain, aggressive clinical follow-up is paramount to promoting a favorable outcome.
